A huge retroperitoneal solitary fibrous tumor  by Kao, Li-Chun et al.
Genomic Medicine, Biomarkers, and Health Sciences (2011) 3, 86e89Available online at www.sciencedirect.com
journal homepage: www.e-gmbhs.comCASE REPORT
A huge retroperitoneal solitary fibrous tumorLi-Chun Kao a, Wan-Ting Huang b, Hsiang-Lin Tsai c,d, Yu-Chung Su e,f,
Jeng-Yih Wu e,f, Jaw-Yuan Wang a,g,h,i,*aDivision of Gastroenterology and General Surgery, Department of Surgery, Kaohsiung Medical University Hospital,
Kaohsiung, Taiwan
bDepartment of Pathology, Kaohsiung Medical University Hospital, Kaohsiung Medical University, Kaohsiung, Taiwan
cDivision of General Surgery Medicine, Department of Surgery, Kaohsiung Medical University Hospital,
Kaohsiung Medical University, Taiwan
d Program of Bachelor of Health Beauty, School of Medical and Health Sciences, Fooyin University, Kaohsiung, Taiwan
eDivision of Gastroenterology, Department of Internal Medicine, Kaohsiung Medical University Hospital,
Kaohsiung Medical University, Kaohsiung, Taiwan
fDepartment of Internal Medicine, Faculty of Medicine, College of Medicine, Kaohsiung Medical University,
Kaohsiung, Taiwan
gGraduate Institute of Medicine, College of Medicine, Kaohsiung Medical University, Kaohsiung, Taiwan
hDepartment of Medical Genetics, College of Medicine, Kaohsiung Medical University, Kaohsiung, Taiwan
iCancer Center, Kaohsiung Medical University Hospital, Kaohsiung, Taiwan
Received 23 March 2011; received in revised form 21 July 2011; accepted 21 July 2011
Available online 5 October 2011KEYWORDS
extra-thoracic;
retroperitoneum;
solitary fibrous tumor* Corresponding author. Departmen
Kaohsiung Medical University, Number
E-mail address: cy614112@ms14.h
2211-4254/$36 Copyright ª 2011, Taiw
doi:10.1016/j.gmbhs.2011.08.005Abstract Solitary fibrous tumors (SFTs) are infrequent fibrous neoplasms that arise most
commonly in the thoracic cavity. Although initially described as arising from the pleura, SFTs
have been reported at a wide range of anatomic sites. Owing to their rarity, accurate diagnosis
of SFTs remains a challenge for clinicians. A 38-year-old man presented complaining of diffi-
culty in defecation and a progressive perineal mass. A computed tomography scan revealed
a huge pelvic mass characteristic of central necrosis and calcification with a severely
compressed adjacent rectum. Magnetic resonance imaging demonstrated a well-delineated
mass with a maximal diameter of 15 cm. During surgery, an encapsulated tumor was excised
via simultaneous abdominal and perineal approaches because of its huge size. SFT should be
kept in mind for differential diagnosis of retroperitoneal tumors.
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Figure 2 Enhanced T1-weighted fat-saturated axial image of
magnetic resonance image. The tumor had high vascularity.
There was no connection between the rectal mucosa (arrow)
and the tumor.
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Solitary fibrous tumor (SFT) is an extremely rare tumor of
mesenchymal cell origin that was first reported in 1898.1
SFTs can arise from a wide range of anatomic sites.2
Almost 70% of SFTs present in the thoracic cavity, and
only 1% occur in the retroperitoneum.3 Owing to its rarity,
SFTs in various extrapleural sites are sometimes difficult to
diagnose. A definitive diagnosis depends on microscopic and
immunohistochemical features, although imaging studies
may provide some clues. In this report, we describe an
unusual case of a huge retroperitoneal SFT with uncommon
initial presentation of difficult defecation and an enlarging
perineal tumor.
Cases report
A 38-year-old man was referred to our hospital with
a tentative diagnosis of a huge retroperitoneal mass. His
history revealed that difficulty in defecation had been noted
for 2 years. On physical examination, a movable perineal
tumor was noted. A computed tomography (CT) scan
revealed a well-circumscribed tumor with a maximal diam-
eter ofw15 cm located approximately 5 cm above the anal
verge. The tumor was characteristic of central necrosis, and
calcification displaced the adjacent rectum in left posterior
aspect on CT study (Fig. 1). Magnetic resonance imaging
(MRI) revealed that the tumor had similar signal intensity to
muscle and was enhanced strongly with contrast (Fig. 2). No
enlarged lymph nodes within the pelvic cavity could be
identified. Colonoscopy revealed an external compression
lesion outside the rectum with intact mucosa.
During surgery, an encapsulated tumor was observed
after laparotomy. The tumor was subsequently excised withFigure 1 Axial view of computed tomograph without
contrast enhancement. A huge mass with central necrosis and
calcification heavily compressed the rectum (arrow).the adherent rectal wall. In fact, an attempt to completely
resect the tumor from the rectal wall resulted in perfora-
tion of the rectum, which was then repaired. To completely
excise the huge tumor, both abdominal and perineal
approaches were used. In gross appearance the tumor was
grayish-tan, soft and elastic with focal necrotic areas and
measured 14.5  9.5  4.5 cm3 in size (Fig. 3). Micro-
scopically, hypocellular and hypercellular zones wereFigure 3 The excised tumor was huge and well encapsu-
lated. Focal necrosis was noted.
Figure 4 Hematoxylin and eosin staining shows low cellu-
larity of the lesion, which exhibited a patternless appearance
and interstitial collagen fibers (40).
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a typical patternless appearance with interstitial hyalini-
zation and collagen bundles composed of oval to spindle
cells with an indistinct cytoplasmic border arranged around
dividing sinusoidal vessels displaying a stag horn configu-
ration (Fig. 4). Myxoid changes were noted focally. The
zone of increased cellularity had strong nuclear atypia with
nuclear mitosis. Immunohistochemically, the neoplastic
cells were positive for CD34 (Fig. 5), but negative for
CD117, desmin, S-100 protein, and anaplastic lymphoma
kinase (ALK1). Molecular analysis of the tumor was per-
formed. Tumor DNA extracted from paraffin block sections
was subjected to polymerase chain reaction (PCR) amplifi-
cation for exons, 9, 11, 13, and 17 of the KIT gene and exons
10, 12, 14, and 18 of the alpha-type platelet-derived
growth factor receptor (PDGFRA) gene. These amplicons
were then sequenced, but no detectable mutations were
observed for either gene.Figure 5 Immunohistochemical CD34 staining shows that
tumor cells had diffuse strong immunoreactivity to CD34 (100).After surgical intervention, total parenteral nutrition
was prescribed for nutritional support. Within the post-
operative period, central venous catheter-related bacter-
emia and hyperbilirubinemia occurred. Both morbidities
improved after adequate management. The patient was
discharged uneventfully 18 days after surgery.Discussion
Primary retroperitoneal SFT is a rare spindle-cell neoplasm.
Takizawa et al reviewed 41 reported retroperitoneal SFT
cases, all of which underwent surgical excision.2 SFTs are
characterized by mild male predominance (1:0.8), with
a mean age of 53.6 years (range 17e82 years). The tumor
size can measure between 2 cm and 26 cm (mean 9.1 cm).
Approximately 40% of these cases are free of clinical
symptoms, and tumors are detected incidentally during
medical workup for other purposes. In symptomatic
patients, an abdominal mass ranked in first place (19.2%).
Interestingly, some patients have hypoglycemia as the
leading symptom (DoegeePotter syndrome) contributed by
secretion of insulin-like growth factor 2.4 Leading symp-
toms are often related to tumor size and location; however,
the case reported here seems to be the first to have both
defecation problems and a palpable perineal mass.
On CT images, these tumors have isoattenuation relative
to the adjacent musculature.5 Heterogeneous enhance-
ment with areas of differential uptake and washout were
found, which was possibly related to varying cellularity.
Owing to the collagenization and fibrosis, SFTs are usually
expected to show a lower signal intensity on T2-weighted
MR image, but malignant SFTs tend to reveal a higher
signal intensity on T2-weighted images.6 Retroperitoneal
SFT should be differentiated from other solid masses, such
as paraganglioma, leiomyoma, desmoid tumor, inflamma-
tory myofibroblastic tumor, and lymphoma, using imaging
studies. For the case presented here, the tumor was not
a mucosal-origin mass according to CT and MRI images.
Heavy compression of the rectum by the huge tumor
contributed to his clinical presentation. Central necrosis
and high vascularity were both evident in scan images. The
characteristics of the CT and MRI images did not signifi-
cantly differ from other reported cases.
SFTs feature mixed hyper- and hypocellular foci of
proliferating spindle cells encompassed by collagenous
stroma histologically. They also demonstrate a common
nonspecific pattern and hemangiopericytoma-like appear-
ance with prominent vascularity. SFTs with high cellularity,
pleomorphism, and increased mitotic activity (44 or more
mitotic cells per 10 high-power fields) are considered as
malignant. Among retroperitoneal SFTs, 14.6% are histolog-
ically malignant.2 Nevertheless, histology-based character-
ization can be discordant with clinical behavior. SFTs with
a benignmicroscopic appearancemight behave aggressively,
while others with a malignant appearance might not.
Immunohistological staining has revealed that almost all
SFTs are positive for vimentin and negative for desmin. More
than 90% of SFTs are positive for CD34 or BCL2,2 so immu-
noreactivity for these two antigens has been considered
crucial for diagnosis of SFTs. Despite the anti-apoptotic role
of BCL2, it has recently been demonstrated that BCL2
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neoplasms.7 Although the mechanisms are still not clear,
retroperitoneal SFTs expressing BCL2 and CD34 do not seem
to recur following surgical excision.2 For the current patient,
immunohistological CD34 staining was positive. Microscopy
revealed a typical patternless appearance with interstitial
hyalinization and collagen bundles. No mutations in the KIT
and PDGFRA genes were detected. According to the above
results, we could make a primary differential diagnosis
between a gastrointestinal stromal tumor and SFT.
SFTs with infiltrating features preventing complete
resection have significantly poorer outcome.1 Gold et al
pointed out that positive surgical margins, tumor size
>10 cm, and the presence of a malignant component pre-
dicted worse metastasis-free survival; hence, closer
surveillance is warranted for tumors larger than 10 cm or
with the presence of a histologically malignant compo-
nent.3 For incompletely resected tumors, some series
showed good results with adjuvant radiotherapy. Our
current SFT patient exhibited infiltrating features in
a tumor that was larger than 10 cm, and curative resection
was difficult. Unfortunately, he developed local recurrence
and died 6 months after surgical intervention.
In conclusion, retroperitoneal SFTs are exceedingly rare,
and surgeons or radiologists should bear this in mind and
include SFT in differential diagnoses. Complete surgicalexcision is still the mainstay of treatment. Intensive long-
term follow-up is mandatory for all extra-thoracic SFT
patients, particularly for those with tumors that are larger
than 10 cm and have a positive surgical margin.References
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